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.Introduction: Intimal angiosarcoma of the carotid artery is extremely rare.
Report: We report the case of a 77-year-old-man who presented with a 2-month history of a right-lateral cervical
mass and paralysis of cranial nerves with a chronic occlusion of the carotid artery. The patient underwent en-bloc
tumour resection. Diagnosis was made using immunohistochemical testing: tumour cells were positive for CD31,
vimentin, and CD68 (in this case), and negative for CD34 and cytokeratin.
Discussion: Even after successful removal of the tumour and adjuvant therapy, prognosis is poor.
 2013 European Society for Vascular Surgery. Published by Elsevier Ltd.
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Arterial intimal angiosarcoma is a rare disease. It is typically
located in the aorta or pulmonary arteries and frequently
presents with embolic complications. Overall, about 200
cases have been reported in the literature; however, these
include only seven cases of intimal angiosarcoma of the
carotid artery.1 Treatment includes en-bloc resection and
subsequent radiochemotherapy; however, the outcome is
generally poor.
CASE REPORT
A 77-year-old male was admitted to the department of in-
ternal medicine at another institution for evaluation of a
hoarse voice and a rapidly increasing mass on the right side
of the neck that had been present for 2 months. The patient
had undergone left carotid endarterectomy 6 years previ-
ously for asymptomatic high-grade stenosis with concomi-
tant asymptomatic occlusion of the right carotid artery.
After the operation, follow-up duplex ultrasound examina-
tions had been performed annually without evidence of
restenosis.
The patient was referred to our institution for further
assessment of the carotid tumour. CT angiography and
magnetic resonance tomography (MRT, Fig. 1) of the neck
as well as a CT of the thorax and abdomen revealed a
tumour measuring 30 by 70 mm, completely encasing the
right carotid bifurcation. Regional lymph nodes were unaf-
fected and there were no distant metastases. A neurological
examination conﬁrmed paresis of the recurrent laryngeal
nerve.of original article: http://dx.doi.org/10.1016/j.ejvs.2013.11.012
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chronic carotid occlusion, and radiological signs of invasive
tumour growth, en-bloc resection including the immedi-
ately adjacent nerves (vagus, glossopharyngeal, and recur-
rent laryngeal) was performed. The perioperative course
was unremarkable.
Histological assessment of the resected tissue showed
spindle cells with varying degrees of atypia and mitotic
activity, necrosis, and nuclear polymorphism, all of which
hinted at a malignant mesenchymal tumour.
A pathological diagnosis could be established immuno-
histochemically by exclusion: vimentin, CD31, and CD68
were positive while CD34, caldesmon, and cytokeratin were
negative (see Table 1). This combination of antigens left
angiosarcoma of the intima as the only possible differential
diagnosis (Fig. 2).
The patient was referred for radiochemotherapy but
refused consent to further treatment. Following logopedic
therapy, the patient was able to communicate with a
slightly hoarse voice without difﬁculty. Initial problems
concerning deglutition had markedly improved.
Three months after surgery the patient was referred to
our institution with progressive dysphagia. MR scan showed
local recurrence of the angiosarcoma. The patient refused
any further surgical treatment and died 4 months later.
DISCUSSION
Intimal angiosarcoma arises from intimal endothelial cells,
ﬁbroblasts, or myoﬁbroblasts. The mean age of diagnosis is
48 years for pulmonary and 62 years for aortic intimal
sarcoma.2e4
Macroscopically, the intimal angiosarcoma is deﬁned by
intravascular polypoid masses attached to the vessel wall
which may grossly resemble thrombus. Histologically, it
presents as a poorly differentiated mesenchymal malignant
tumour of ﬁbroblastic or myoﬁbroblastic differentiation and
consists of spindle cells with varying degrees of atypia,
mitotic activity, necrosis, and nuclear polymorphism.2 A
Figure 1. Cervical magnetic resonance tomography demonstrating a right carotid mass in coronal (a) and transverse (b) reconstructions and
conﬁrming the occlusion of both the right internal and external carotid arteries (b).
Table 1. Tissue-speciﬁc antigens.
Tissue speciﬁcity CD31 CD34 CD68 Actine Caldesmon Cytokeratin Vimentin
Endothelial
cells
Endothelial
cells
Histiocytes Smooth
muscle
cells
Muscle
cells
Epithelial
cells
Mesenchymal
tissue
Tumour classiﬁcation
Intimal sarcoma þ e e e e e þ
Leimyosarcoma e e e þ þ e þ
Rhabdomyosarcoma e e e þ e e þ
Epithelial tumour e e e e e þ e
Figure 2. Immunohistochemical staining for vimentin (100).
e16 K. Hirsch et al.precise pathologic classiﬁcation has become possible:
immunohistochemical characteristics include positive
staining for vimentin and for CD31, and negative for CD34,
caldesmon, and cytokeratin2,5 (Table 1).CONFLICT OF INTEREST
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